Auditory neuropathy spectrum disorder (ANSD) is a hearing disorder characterized by an absent or severely abnormal auditory brainstem response (ABR) with preservation of cochlear microphonics or otoacoustic emissions (OAE). These findings suggest that outer hair cell is normal but function of inner hair cell or auditory nerve is impaired. ANSD is a disorder in which behavioral threshold measures do not match with other measures of auditory function such as ABR data and speech discrimination scores. The patients with ANSD can have various hearing thresholds from normal to profound degree, but speech discrimination is very poor and out of proportion to pure tone loss. Therefore conventional amplification is of little benefit to improve speech-language ability. Frequency-modulation system to enhance signal-to-noise ratio can help in situations with background noise like classroom, car, and restaurant. Visual communication is also helpful. Cochlear implantation is a promising tool for habilitation of patients with ANSD. Most patients who receive cochlear implantation show significant improvements in speech perception abilities and good results in electrical ABR. However some very young children with ANSD can recover during first 12-18 months of life and develop speech and language normally without any intervention. Therefore cochlear implantation should be considered after the persistent ANSD is confirmed through repeated assessment using electrophysiological measures and behavioral hearing tests.

